Dermatomyositis -úvodní projev pokročilého stadia primárního karcinomu ovaria z prstenčitých buněk
Dear editors, Dermatomyositis (DM) is a rare idiopathic infl am matory myopathy characterized by cutan eous manifestations consist ing of heliotrope erythema, Gottron's papules, poikiloderma, and periungual telangiectasia that are often as sociated with malignancies. Myopathic changes on electromyography and laboratory tests, includ ing increased levels of serum muscle enzymes, have to confi rm the dia gnosis [1, 2] . 15-25% of adult DM cases are paraneo plastic [3] . In this report, we describe a case of paraneoplastic DM due to primary ovarian signet r ing cell carcinoma (POSRC), an extremely rare neoplasm of the ovary [4] . Previous studies reported a few primary esophageal signet r ing cell carcinomas (PESRC) and there is only one case that showed an as sociation between DM and PESRC [5] . We believe ours to be the fi rst case report of paraneoplastic dermatomyositis as a consequence of POSRC.
A 42-year-old multipara woman with no remarkable medical history, was admitted to our outpatient clinic with a complaint of skin rash on her chest, hands, face and back for about 20 days and proximal muscle weakness and myalgia during the last 10 days were also reported together with involuntary weight loss during 2 months. The characteristic heliotrope rash, Gottron's papules and telengiectasias on the dorsum of both hands, erythema on her face, chest and back ( Fig. 1 ) and abdominal distension were observed. Upon neurological examination, mild symmetric proximal muscle weakness was found in upper and lower limbs, deep tendon reflexes were normal, Babinski sign was bilateral ly negative. The results of laboratory examination revealed elevated levels of
Nerve conduction studies were normal. Electromyographic tests showed myopathic changes with numerous small amplitudes and short duration polyphasic waves with early recruitment in the right deltoid and vastus lateralis muscles. The skin bio psy revealed chronic dermatitis while the muscle bio psy result was consistent with DM and atrophic muscle fi bers at the periphery of the fascicule ( Fig. 2A-2D ). Accord ing to Bohan and Peter's clas sifi cation [6] , defi nite DM was considered. Abdominal ultrasound (USG) showed perihepatic, perisplenic and pelvic col lections, endometrial thicken ing and enlarged right ovary. Abdominal thoracic computed tomography (CT) showed peritonitis carcinomatosa, solid mass on bilateral ovarian complex, multiple lymph nodes, diffuse ascites and pleural eff usion in the right hemithorax. There was a remarkable increase in CA 125 and CA 15-3 levels. For staging, cytological samples from ascites and pleural eff usion showed signet-r ing cell carcinoma. Pelvic magnetic resonance imag ing (MRI) confirmed bilateral ovarian solid tumors, peritonitis carcinomatosa, thickened endometrial mucous membrane and multiple lymph nodes. On positron emis sion tomography (PET), multiple metastases on the lung, liver, peritone, lymph nodes and corpus of the thoracal vertebra were observed and POSRC was considered. The patient was transfer red to an oncology clinic due to inoperable solid mas ses on bilateral ovarian complexes. The survival prognosis was poor for this patient and the patient died 3 months after the discharge.
Paraneoplastic DM can be dia gnosed prior to or concomitantly with a cancer, or it can occur after a cancer dia gnosis. The candidate cancers as sociated with DM include ovary, lung, breast, colon and rectum, stomach proLékaře.cz | 23. 7.2019 and pancreas. In women, breast and ovary are the most com mon cancers, while lung and colon are the most frequent in men [3] .
Signet r ing cell carcinoma is an adenocarcinoma and can occur in any organ, prevalently in stomach, fol lowed by colorectum and lung. Cytokeratin, one of the intermediate fi laments present in epithelial cel ls, almost always indicates that the tumor is carcinoma. Diff erent cytokeratin patterns in various carcinomas have been obtained such as CK7+/ CK20-and CK7+/ CK19-patterns that were prevalent in primary gastric signet r ing cell carcinoma, CK7-/ CK20+, CK7-/ CK19+, CK7-/ CK20-patterns in primary colorectal signet r ing cell carcinoma [7] . CK7 is usual ly expres sed in an ovarian cancer [8] . We were unable to search for the cytokeratin pattern in our case due to the lack of im munohistochemical study in our laboratory. POSRC are extremely rare and signet r ing cell carcinomas of the ovary are mostly observed as metastases of primary gastrointestinal tract tumours entitled Krukenberg tumour [4] . Since there were no signs of gastrointestinal tract involvement on PET CT in our patient, primary tumour was thought to be ovarian and there were multiple metastases as sociated with that cancer.
Over the past 45 years, many criteria have been published with dif ferent limitations to distinguish PM and DM [9] . The most extensively used Bohan and Peter's criteria include: 1) sym metrical proximal muscle weakness; 2) elevation of serum levels of muscle-specific enzymes (CK, aldolase, transaminases); 3) electromyography compatible with inflam matory myopathy 4) muscle bio psy evidence for myositis; 5) characteristic rashes of dermatomyositis. Defi nite DM is defi ned as rash plus three other parametres [6] . European Neuromuscular Center and Muscle Study Group members proposed a new detailed list of exlusion and inclusion criteria to be applied to clinical, laboratory (includ ing MRI and myositis-specifi c antibodies) and pathological features for idiopathic infl ammatory myopathies in 2004 [10] . Final ly, a group of experts gathered to defi ne a new clas sifi cation criteria that are cur rently under review [9] . The patient in this case report presented characteristic heliotrope rash, Gottron's papules and telengiectasias, sym metrical proximal muscle weaknes s, increased muscle enzymes, electromyography fi ndings compatible with infl am matory myositis and atrophic muscle fi bers at the periphery of the fascicule evidenced by muscle biopsy. Along with all the clas sifi cation eff ort, our patient fulfi l led the criteria for defi nite DM and thus we did not need to perform MRI of the muscles. After our dia gnosis, ovarian cancer has been detected dur ing hospitalization and graded as advanced stage. No surgical treatment was recommended, chemother apy was applied. The patient died three months after discharge.
In conclusion, the present case is consider ed to be the fi rst case of paraneoplastic Fig. 2 . A) Atrophic muscle fi bers at the periphery of the fascicule (arrows). H&E X 100; B) Lymphocyte infi ltrations are mainly perivascular rather than endomysial in a biopsy specimen (arrows). H&E X 100; C) Scattered degenerated muscle fi bres were observed (asterixes). H&E X 200; D) Infi ltrated lymphocytes showed immunoreaction to CD45 antibody (arrows). CD45 X 400. 
